Plasma ornithine and serum phytanic acid levels were normal. VDRL was non-reactive. Muscle biopsy, chromosomal analysis, serum chemistry, electrolytes, and the chest radiograph were normal.
Unexpectedly, all three individuals also suffered from congenital sensorineural hearing loss. One suffered from associated myopathy. Despite aggressive surgical management, three of the four eyes became blind. The diagnosis of retinal detachment preceded the diagnosis of photoreceptor dystrophy in two of the three patients.
To date, giant retinal tears occurring with underlying retinitis pigmentosa have been described in five young individuals, all of whom had associated congenital sensorineural hearing loss. 
